J.W.E.F., a man aged 42 years, was first seen in January 1964, complaining of upper abdominal pain of six weeks' duration.
He gave a history of sensitivity to ultraviolet light from the age of 18 years, or possibly even from 10 months of age. On medical advice he had taken chloroquine for two years, without any definite response. Exposure to sunlight or cold winds caused subjective discomfort and resulted in localized flushing if prolonged; the affected areas became warm to the touch. Outdoor activities were precluded. Spontaneous blistering was not noted but cuts or scratches often left depressed scars on healing. None of many local treatments gave any relief but the sensitivity seemed to be diminished for about two years following 'deep x-ray treatment' when he was 37 or 38 years old. On examination, although he appeared well and there was no evidence of jaundice, the liver was enlarged with a smooth, regular outline.
No excess of porphyrin or porphobilinogen was detected in the urine but screening tests showed a gross excess of faecal porphyrin. Serum bilirubin was 3-4 mg/ 100 ml and the direct van den Bergh reaction was weakly positive; thymol turbidity and zinc sulphate tests were 6 and 8 units respectively and alkaline phosphatase 15 units.
The hepatomegaly continued and after a few days the patient became jaundiced. As the diagnosis was in doubt a laparotomy was carried out which revealed a hard, almost black liver. Section showed zonal necrosis with regeneration at the periphery of the nodules, a fine perilobular fibrosis ( Fig. 1 ) with a marked inflammatory reaction, together with reduplication of the bile ducts (Fig. 2) . The infiltrate consisted mainly of mononuclear cells with some polymorphs and eosinophils. There was intense mahogany brown pigment present and staining reactions excluded similar coloured pigments other than porphyrins (Figs. 3 and 4). Examination in ultraviolet light showed fluorescence attributable to porphyrin, and a histological diagnosis of pigmentary cirrhosis due to porphyria hepatica was made.
The patient was treated with prednisolone but jaundice continued to deepen throughout a rapid downhill course to death on 9 March 1964.
Received for publication 20 July 1967 At post-mortem examination 24 hours later, varices were observed at the lower end of the oesophagus; the stomach and small intestine contained black, bloodstained fluid. The liver weighed 2,170 g, was black, stony hard, and nodular. The spleen was enlarged and tough. Abdominal lymph nodes were increased in size, black, and on histological examination showed increased fibrous tissue, a chronic inflammatory infiltration and intense intra-and extracellular pigment deposition, aggregated to massive clumps at the periphery (Figs. 5, 6 ). 4,900 (,ug/g wet wt) 100 (tig/g) Smears of bone marrow made from formol-fixed and unfixed portions of sternum showed considerable flourescence in ultraviolet light.
The ether-soluble porphyrins from stool and liver were fractioned by counter-current analysis (French, England, Lines, and Thonger, 1964 'sensitive skins' were imputed to several near relations no convincing clinical history was forthcoming from any member. Blood and excreta from several, including the mother, were examined, all with negative results. The father refused to cooperate although said to have a sensitive skin. However, the clinical histories and biochemical findings were negative for both parents of the cases reported by Porter and Lowe (1963) and Harber, Fleischer, and Baer (1964) and the very slight increase of protoporphyrin in the stool from the mother of the cases reported by Holti, Magnus, and Rimington (1963) is inconclusive.
Some patients with erythropoietic protoporphyria do not excrete excessive amounts of protoporphyrin in stools (Redeker and Berke, 1962) ; HaegerAronsen, 1963) , and increased stool porphyrin with normal levels in the erythrocytes has also been recorded. The porphyrin content of the stool is sometimes markedly increased by bacterial degradation of haem pigments and it must be conceded that this might explain the stool findings in our patient because of the oesophageal varices. Screening tests on blood (Rimington and Cripps, 1965) are recommended in cases similar to this.
Though incomplete in some respects this account is published because the condition has so recently been described and also because porphyrin hepatitis is not usually considered in the differential diagnosis of a patient presenting with hepatic enlargement followed by increasing jaundice. 
